The Weill-Marchesani syndrome is a rare systemic connective tissue disease characterised by small stature, brachydactyly, ectopia lentis, and spherophakia. Three siblings with typical manifestations of this syndrome were reported. The ophthalmological findings in all these cases were spherophakia, severe myopia, a shallow anterior chamber, and narrow angle glaucoma. Two cases underwent laser iridotomy and drug treatment. In the third case the lens was removed from the eye because of injury, and this lens was examined by light and electron
The Weill-Marchesani syndrome was first reported in one patient with brachydactyly and microspherophakia by Weill' in 1932 during research on the Marfan syndrome. In 1936 Marchesani2 reported four cases with brachycephaly, small stature, brachydactyly, and microspherophakia considered to have this syndrome.
The Weill-Marchesani syndrome is characterised by dystrophia mesodermalis hyperplasia in contrast to the Marfan syndrome, in which dystrophia mesodermalis hypoplasia is present.3 The Weill-Marchesani and Marfan syndromes therefore appear to be mirror images of each other. 4 In this syndrome treatment of the glaucoma is the main problem.
Three siblings with typical manifestations of the syndrome are reported on here. Two underwent laser iridotomy and drug treatment to control the intraocular pressure. In the third case the lens had been removed from the eye because of injury, and this lens was examined histologically.
Case reports Case 1, proband, a 13-year-old female (Figs 1, 2) and case 2 eldest brother of case 1, 30-year-old male (Fig 3) were typical cases, successfully treated by laser iridotomy.
Case 3 was a 20-year-old male, elder brother of case 1. Because his sister and brother had been treated for glaucoma he came to the authors' department for a detailed examination. His visual acuity was 20/20 with -1ID in the right eye and 24/20 with -14D in the left eye. The anterior chamber was shallow and the angle was narrow. The intraocular pressure was 14 mmHg in the right eye and 16 mmHg in the left.
At 1800 on 3 June 1988 a piece of wood struck him in the right eye while he. was cutting down a tree with an electric saw; He was immediately examined by a local physician and underwent an emergency operation because of a ruptured right eyeball. The lens was easily removed from the eye during operation. The details of Zinn's zonule were not clear. The lens capsule was not ruptured and spherophakia was observed. The equatorial diameter was rather small at 7 mm, and the sagittal diameter was longer than normal.
There was some protrusion in the pupillary area (Fig 4) .
The lens was immediately fixed in neutral formalin. b s . 71 I! 5 jfibre nuclei remained in the deeper area (Fig 6) .
The posterior capsule was thin. The subcapsular posterior cortex was totally liquefied, and homogeneous proteinaceous masses filled with subcapsular area (Fig 7) . ELECTRON (Figs 7, 8, 9 ). In the present study we obtained a lens removed from the eye owing to an accidental injury, and it was examined histologically. In previous reports there have been records only of the shape, size, and weight of the lens but no histological findings. It has been suggested that microspherophakia is caused by growth of the lens ceasing congenitally when the fetus is 5-6 months old, so that the lens retains it initial shape. 16 In the lens we obtained there was marked degeneration of the epithelial cells of the lens and marked liquefaction and destruction of the subcapsular cortical fibres in the anterior and posteriorpoles in addition to microspherophakia. 
